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ABSTRACT
Lateral facial clefting may occur as an isolated phe-
nomenon or in association with other disorders. It may
originate from a failed penetration of ectomesenchyme
between the developing maxillary and mandibular promi-
nences, but disruptive factors may also occur in a pro-
portion of cases. The frequency of this abnormality is
estimated as 1 in 50 000–175 000 live births. We describe
a case of isolated symmetrical lateral facial cleft (number
7 according to the Tessier classification) diagnosed prena-
tally on ultrasound examination at 26 weeks of gestation.
Copyright  2004 ISUOG. Published by John Wiley &
Sons, Ltd.
INTRODUCTION
Lateral facial clefting (macrostomia) is a rare congenital
malformation. It may occur either as an isolated
phenomenon or in combination with other congenital
anomalies. We present a case of lateral facial clefting
diagnosed by antenatal ultrasound at 26 weeks of
gestation.
CASE REPORT
A 33-year-old African patient, gravida 3 para 0, presented
for antenatal care for the first time at 24 weeks of
gestation. In her two previous pregnancies she had a
late miscarriage at 20 weeks and a stillbirth at 26 weeks
in another country. Uterine curettage was needed after
each pregnancy loss. No specific investigation for these
two previous pregnancy failures had been carried out.
The ultrasound examination at 26 weeks showed
normal fetal growth and mild polyhydramnios. An
abnormality of the fetal face was identified, with the
lips appearing prominent and the lateral commissures of
the mouth widened (Figure 1a). No cleft lip was identified
and the alveolar ridges appeared intact. A diagnosis of
lateral facial clefting was made. An intrauterine synechia
was also observed.
At 29 weeks of gestation tense polyhydramnios was
present together with a small stomach bubble, and an
amniodrainage procedure was performed. Examination of
the amniotic fluid revealed a normal female karyotype. At
34 weeks of gestation the patient went into spontaneous
labor. Due to fetal heart rate abnormalities in the first
stage of labor, a female infant weighing 2280 g was
delivered by Cesarean section. At examination, the baby
had macrostomia, with a bilateral cleft running from
one cheek to the other and passing through the lateral
angles of the mouth (Figure 2). The oral commissures
had lateral and symmetric displacement of 12 mm.
Chest and abdominal X-ray, in addition to total body
magnetic resonance imaging scan, were normal. No
midline problems were noted. Pathological examination
of the placenta did not disclose any abnormality. Surgical
correction of the cleft was successfully performed at
6 months of age. At 1 year of age, the baby is showing
normal growth and neurological development.
DISCUSSION
Isolated lateral facial clefts are rare congenital deformities
with an estimated frequency of 1 in 50 000–175 000 live
births1,2. While typical cleft lip and palate are due to a
failure of union of the frontonasal process of the face with
the lateral maxillary prominences at about 3–4 weeks’
gestation3, the etiopathogenesis of atypical craniofacial
clefts is still unclear. It remains unknown whether cleft
palate formation is due to intrinsic biomolecular defects in
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Figure 1 (a) Ultrasonographic coronal view of the fetal lips in the
present case showing prominent lips and widened lateral
commissures with bilateral facial cleft (arrows). (b) A similar
ultrasound plane is shown in a case with normal facial anatomy.
Figure 2 Appearance of the bilateral facial cleft in the newborn.
the embryonic elevating palatal shelves or to an inability
of the shelves to overcome a mechanical obstruction to
normal fusion4.
Atypical clefts represent only 3.1% of all facial clefts.
They have an incidence of 1.8–2.5 : 10 000 deliveries and
are more common in males. The unilateral form is six
times more common than the bilateral one5. Bilateral
lateral facial clefts are usually symmetrical and may
extend from the angle of the mouth in a horizontal
direction or slightly sweep upwards. They can have a
variable extension, and the most severe forms can reach
the ear. According to the Tessier classification system,
they are classified as number 75. Lateral facial clefts can
either appear in isolation or be associated with other
abnormalities such as hand anomalies, micrognathia,
facial dysmorphisms and bifid uvula. Lateral clefts are
also present in mandibulofacial dysostosis and in the
oculo-auriculo-vertebral spectrum1,3.
The most remarkable antenatal finding in the present
case was the macrostomia detected on coronal views at
26 weeks’ gestation. The images showed odd, bigger lips
(Figure 1a) but we were unable to show a protrusion
of the tongue through the lips. A coronal view of
normal fetal lips is shown in Figure 1b for comparison,
demonstrating how the lateral commissures of the mouth
appear narrower and better defined in cases with normal
anatomy. The ultrasound findings of the lateral cleft are
subtle, and may appear very similar to those of an open
mouth in a normal fetus. However, the findings will be
persistent in the case of lateral cleft, as opposed to the
transient widening observed in the latter case. We did not
find lateral or transverse views particularly helpful in the
diagnosis, given the lack of landmarks to determine the
position of the lateral commissures.
The absence of further fetal abnormalities suggested
the diagnosis of an isolated facial cleft. Polyhydramnios
was also observed in combination with a small stomach
bubble. Given the normal gastrointestinal tract anatomy
and function demonstrated postnatally, this was most
likely due to the partly impaired swallowing mechanism
that is often seen in fetuses with facial clefts6. Amniotic
tenting in association with an intrauterine synechia was
seen, but no clear evidence of amniotic bands was present
either at ultrasound or postnatal examination of the
newborn and placenta.
A rupture of the amnion in early pregnancy can
lead to an entrapment of fetal structures by sticky
mesodermal bands that originate from the chorionic side
of the amnion followed by disruption7,8. Recent data
demonstrate that lateral facial clefts may occur during
the postorganogenesis period rather than during primary
facial morphogenesis as the result of amniotic bands8.
Some authors have demonstrated a relationship between
the presence of restricting forces and the development of
atypical clefts using an in-utero animal model8. In this
model a 2-0 nylon suture attached to the zygomatic arch
or externally to the fronto-orbital rim in fetal lambs (less
than 140 days) created artificial constricting forces leading
to a lateral cleft and macrostomia in all animals treated.
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The same authors showed that the intrauterine lysis of
these forces (sutures) was able to prevent the abnormal
growth of the facial commissure9. More recently, it
was demonstrated that in-utero cleft repair is technically
possible in a goat model10,11.
As reported in the literature12–15, amniotic bands
can create incomplete forms of development of facial
structures in humans. However, in the present case
no clear evidence of amniotic bands was found.
The observation of amniotic tenting was explained
by the presence of an uterine synechia, confirmed
at Cesarean section. The two dilatation and curet-
tage procedures performed in the patient after mid-
gestation miscarriage can explain the presence of the
adhesion.
Independent of the etiology, this is the first report of
an isolated symmetrical Tessier number 7 lateral facial
cleft diagnosed prenatally at ultrasound examination.
This case emphasizes the importance of obtaining coronal
views of the fetal face on routine scans. However, the
defect described presented with very subtle findings and
no conclusion can be drawn regarding the sensitivity of
antenatal ultrasound for its detection. Three-dimensional
ultrasound is potentially of great value in the diagnosis of
this condition.
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